Antineutrophil cytoplasmic antibody (ANCA) -associated vasculitis is characterized by inflammation of the vascular wall and the presence of ANCA. We report our experience with a patient with this disease who did not receive diagnostic therapy and had an adverse outcome. A 78-year-old woman presented with refractory otitis media, and based on its clinical course, she was diagnosed as having otitis media with ANCA-associated vasculitis. Subsequent transbronchial biopsy and middle ear biopsy failed to provide a pathologic diagnosis. While she was left untreated, her condition rapidly deteriorated. The treatment of this systemic disease requires the assessment of general physical condition. Although pathologic examination is important, physicians should remember that clear results are rarely obtained. The difficulty of pathologic diagnosis and the importance of diagnostic therapy are discussed based on the present case.
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